A 57-year-old man presented with a 3-year history of a left anterior neck mass. It was nonpainful and did not cause dysphagia, hoarseness, or difficulty breathing. Physical examination was significant for a firm, well-circumscribed, nonulcerating mass at left level 1B, with no overlying skin changes. Additionally, he had asymmetric left tonsillar hypertrophy. Flexible fiberoptic laryngoscopy revealed no abnormalities.
A 57-year-old man presented with a 3-year history of a left anterior neck mass. It was nonpainful and did not cause dysphagia, hoarseness, or difficulty breathing. Physical examination was significant for a firm, well-circumscribed, nonulcerating mass at left level 1B, with no overlying skin changes. Additionally, he had asymmetric left tonsillar hypertrophy. Flexible fiberoptic laryngoscopy revealed no abnormalities.
Computed tomography (CT) of the neck with contrast revealed lymphadenopathy involving left level l B measuring 3.1 cm (figure 1) and left supraclavicular fossameasuring 2.1 em, as well as asymmetric fullness of the left palatine tonsil. The patient proceeded with bronchoscopy, esophagoscopy, direct laryngoscopy, tonsillectomy, and open neck biopsy. Right tonsil, left tonsil. and level IB lymph node surgical specimens were sent for review.
Histologically, the lymph node showed an overall increase of small atrophic follicles.The mantle zone was expanded, forming an "onion-skin"appearance that was penetrated by hyalinized vessels at a right angle (figure 2, A) . Two atrophic germinal centers within a single .~. mantle zone were frequently seen . Interfollicular are as showed paracortical plasmacytosis ( figure 2, B) . The histolog y of the tonsils revealed lymphoid hyperplasia with some atrophic germinal centers with an expanded mantle zone. Interfollicular areas also showed incre ased hyalinized vasculature and plasma cells.
Immunohistochemistry of the tissues was negative for human herpesvirus 8 (HHV-8). Additionally, Epstein -Barr virus RNA in situ hybridization was negative. Flowcytometry revealed normal cell populations. Given these clinical findings, the patient was di agno sed with Castleman disease (CD).
CD, also known as angiojollicular lymph node hyperplasia or giant lymph node hyperplasia, is a rare
Iymphoproliferative disease characterized by ben ign, localized enlargement of lymph nodes. I CD presents more commonly as a solitarymass with a benign course, known as the localized type.Lesscommonly, patients can present with a more aggre ssive form involving constitutional symptoms, hepatosplenomegaly, and laboratory abnormalities, referred to as the multicentric type. The multicentric type is usually associated with infection or malignancy such as hum an immunodeficiency virus (HIV), HHV-8, Kaposi sarcoma, or lymphoma.':' Most ind ividuals affected by CD are young to m iddle-aged, with male s and females equally affected. Most cases are asymptomatic, unicentric, and ar e the hyaline-vascular tissue type.' The etiology of CD is believed to involve the overproduction of cytokine IL-6, wh ich has been shown to increase the proliferati on and survi val ofB cells.I Therefore, CD is usually treated with immunotherapy. ' Although there have been cases of CD involving the tonsils,' thi s is rare. Our case also is unique because the patient's disease was multicentric and the mixedtype (both hyaline-vascular and plasma -cell type), and he tested negative for HIV (serology) and HHV-8 (immunohistochemical sta ining). HIV-negative CD has been associated with certain conditions including autoim mune disease, collagen vascular disorders, pulmonar y ar terial hyper tension , and glomerulopathy. In some inst ances, the etiology is unknown. "Once an underlying cause is identified, proper targeted therapy can be instituted.
